The case is described of a patient with rheumatoid disease and evidence of vasculitis who developed acute vestibuloauditory dysfunction resulting in total deafness, which was assumed to be secondary to a vasculitic process affecting the vestibulocochlear nerve. Treatment of the underlying vasculitic process, despite effecting a general improvement of the patient's rheumatoid disease, did not significantly improve the auditory dysfunction. sedimentation rate 80 mm/h. Rheumatoid factor was positive at a titre of 1 in 2560. Albumin was low at 28 g/l, and creatinine clearance was reduced at 49-7 ml/min. Electrophoresis showed an increased IgA and IgM. Biopsy of a nodule showed changes in keeping with a rheumatoid nodule. Brainstem evoked responses were absent on the right at maximum output levels of 90 dB hearing loss. The left sided responses were similar, but there was thought to be some slight correlation at 90 dB hearing loss. The conclusion was of severe hearing loss on both sides at 2-3 kHz. Although a computed tomographic scan of the brain was normal, a magnetic resonance scan was performed. T1 and T2 weighted images (8 mm) were obtained in an axial plane with 7 mm sagittal T I weighted and 5 mm coronal TI weighted images through the internal auditory meatuses. The last images were taken after intravenous contrast. There were non-specific changes in the white matter of both hemispheres and evidence of left inflammatory mastoid disease. The internal auditory canals appeared normal.
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The following results were normal or negative: urea and electrolytes, liver function, thyroid function, vitamin B-12, folate, autoantibody screen, double stranded DNA antibodies, C3 and C4 concentrations, hepatitis B surface antigen and e antigen titres, chest radiograph, rectal biopsy, lumbar puncture, and examination of urinary sediment.
She was treated initially with a pulse of intravenous methylprednisolone (1 g) and intravenous cyclophosphamide (2 5 mg/kg). Subsequently, treatment was continued with oral prednisolone at a dose of 30 mg/day and oral cyclophosphamide at a dose of 50 mg twice daily. There was a considerable improvement in her joints (symptoms and function) and scleritis. One month after discharge she had gained 6 kg in weight and was beginning to distinguish low pitched sounds, though she was still profoundly deaf. The feelings of dizziness had disappeared. Laboratory markers of disease activity confirmed the clinical impression of an improvement. She had, however, been referred for consideration of cochlear implants.
Discussion
Vestibuloauditory dysfunction has not to our knowledge been previously described in rheumatoid disease. The sudden onset of symptoms and their relation to indicators of disease activity suggest that they were due to the disease process itself, despite the fact that there was evidence of left sided mastoid disease. Vestibuloauditory dysfunction has been previously described togetherwith non-syphilitic keratitis in patients with an underlying vasculitis (Cogan's syndrome).' In a review of 53 cases of Cogan's syndrome2 none of the patients had rheumatoid disease, though one patient has been described with a positive rheumatoid factor.3 Apart from the vestibuloauditory dysfunction, our patient had none of the other features of Cogan's syndrome, however. Neurological effects in rheumatoid disease may develop through a variety of tissue mechanisms or through structural changes.4 A review of the neuropathology of rheumatoid disease4 suggests that brain involvement is usually characterised by formation of rheumatoid nodules or vasculitis. Damage to the brain stem most commonly results from narrowing of the bony canal, leading either to direct compression of neural tissue or to compromise of its vascular supply. Computed tomography and magnetic resonance imaging in our patient failed to show evidence of brain stem compression or infarction. There was, however, indirect evidence of cerebral vasculitis as adjudged by the white matter abnormalities on the magnetic resonance scan. The exact mechanism of the vestibuloauditory dysfunction remains unclear, though the most likely explanation for the VlIIth nerve lesion is epineural arterial vasculitis. Indirect evidence that vasculitis is the pathological process comes from observations of deafness in other systemic vasculitides-notably, polyarteritis nodosa,5 Wegener's granulomatosis,6 and temporal arteritis.7 Although epineural arterial vasculitis seems a likely cause of the VIlIth nerve lesion, it has been suggested (after examination of temporal bone sections) that vasculitis of the internal auditory artery may cause deafness. 8 Observations also suggest that early treatment of the vasculitic process with combined cytotoxic-immunosuppressive drugs can improve the hearing loss in Wegener's granulomatosis.9
It would, therefore, seem appropriate to continue treating our patient in this manner, though at present there is little evidence of recovery.
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